Introduction
The syndrome of exomphalos, macroglossia, postnatal somatic gigantism and severe hypoglycaemia in various combinations was first described in seven infants by Beckwith (1963) and Beckwith et al. (1964) . At necropsy the main features were cytomegaly of the foetal adrenal cortex, renal medullary dysplasia, and hyperplasia of the pancreas and kidneys. Wiedemann (1964) reported three siblings of a consanguineous marriage who had macroglossia and exomphalos. The survivor developed post-natal somatic gigantism and accelerated bone growth. Irving (1967) reported eleven children with exomphalos and macroglossia, nine of whom had a birth weight on or above the 90th centile for their gestational age. Ten of the children had a facial naevus, seven had a linear indentation of the ear lobe and three had a dome-like elevation of the posterior part of the diaphragm. The six surviving children developed a characteristic facies with prognathos, mid-facial under development and slight exophthalmos, and a mid-line frontal ridge. Postnatal somatic gigantism occurred in five of the six survivors. A further seven cases with macroglossia and umbilical abnormality were reported by Shafer (1968) . Severe hypoglycaemia and birth weight above the mean for their gestational age were the main features of the three cases reported by Combs, Grunt & Brandt (1966) . The principal features of the previously reported cases are shown in Table 1 .
Two further cases are reported who developed hypocalcaemia, in addition to the main features already described. One survived and now has hemihypertrophy. Necropsy. The skin and internal organs were stained uniformly pink. The tongue was large and protruded from the mouth and there was a large central exomphalos measuring 11 cm in diameter, which contained small intestine, colon, and part of the liver. Many of the loops of small intestine were adherent and partially necrotic. The liver weighed 228 g (normal 185 g), the right kidney 37 g, the left kidney 41 g (normal 29 g) and the adrenal glands together 9 g (normal 10-5 g). (Normal weights from Potter, 1952 .) The pancreas was not weighed, but was not obviously enlarged.
Microscopy. The main abnormalities were confined to the lungs, which showed pneumonia, the kidneys and the adrenal glands. The kidneys showed marked reduction of the number of tubules in the medulla (Fig. 2) The cotices were unremarkable and there were no inflammatory changes. In the adrenal glands the foetal cortex showed moderate bilateral cytomegaly (Fig. 3) Irving (1967) , the chromosomes in our patients were normal. In view of the familial cases reported by Irving (1967) and Wiedemann (1964) this syndrome may be inherited as an autosomal recessive.
The necropsy findings in Case 2 were similar to those previously reported. There was enlargement of the kidneys, renal medullary dysplasia and cytomegaly of the foetal adrenal cortex. These abnormalities were also found in all the cases examined by Irving (1967) and Beckwith (personal communication 1969) .
Renal medullary dysplasia is most commonly seen in obstructive hydronephrosis, the so-called delta lesion (Bernstein & Meyer, 1967) , but the medulla is usually flattened and there are glomerular cysts in the subcapsular zone, features which were not present in our case. The only other types of renal dysplasia, in which malformation is virtually limited to the medulla, are medullary cystic disease and medullary sponge kidney (Heptinstall, 1966) , but cystic changes were not found in our case. The appearances in the kidney have no resemblance to the common types of renal dysplasia which involve the cortex as well as the medulla. 'Cytomegaly of the adrenal cortex' refers to a condition in which the cells in the foetal cortex are abnormally large, with finely granular, eosinophilic cytoplasm. The nuclei are large and hyperchromatic and may show vacuoles. This condition is not confined to Beckwith's syndrome, as Craig & Landing (1951) found it in 3% of neonatal deaths, and in 6-5% of stillbirths. The commonest associated disease in their experience was erythroblastosis foetalis. Cytomegaly of the adrenal cortex has also been reported in association with adrenal carcinoma (Sherman, Bass & Fetterman, 1958) , congenital adrenal hypoplasia (Kerenyi, 1961) , and with various other congenital abnormalities (Beatty & Hawes, 1955) . The pink staining of the skin and internal organs was due to mercurochrome, some of which must have been absorbed through the exomphalos. The deposits of calcium in the renal tubules were considered to be due to mercury intoxication which is known to cause nephrocalcinosis (Allen, 1962) .
Hemihypertrophy, which Fraumeni & Miller (1967) and Fraumeni, Geiser & Manning (1967) found to be associated with malignant disease in the kidneys, adrenal glands and liver, has developed in our surviving case. Beckwith (personal communication 1969) reported that one of his cases had also developed hemihypertrophy. A child with exomphalos, macroglossia and crossed hemihypertrophy, who developed a Wilms' tumour, was described by Wilson & Orlin (1965 
